Reply to McCaffrey
Journal of Perinatology (2011) 31, 631-632; doi:10.1038/jp.2011. 55 We thank Dr McCaffrey for his thoughtful letter and for giving us the opportunity to address his concerns. Dr McCaffrey raises two important issues: first, he suggests that, under our definition of 'lethal' congenital anomaly, neonates with Trisomy 13 and 18 should not have been included in our cohort. He points to two recent case series where 25 to 44% of infants with Trisomy 13 and 18 survived for more than a year when treated aggressively, far above the 15% cutoff we employed in our definition. However, one of those series included only nine patients, 1 and the other consisted of neonates referred to a tertiary center for ongoing care after birth, indicating that their population was enriched for neonates who survived long enough to transfer. 2 Without data on the intensity of medical treatment and survival of the neonates who were not transferred, the unusually high survival rate at 1 year was likely due to selection bias rather than contemporary medical intervention. Further population-based studies examining the relation between treatment intensity and survival of infants with Trisomy 13 and 18 are needed.
Second, Dr McCaffrey argues that the lack of correlation between intensity of treatment and length of life is best explained not by the failure of more aggressive medical intervention to improve survival, but by a self-fulfilling prophecy bias. We do not believe, however, that a self-fulfilling prophecy best fits our data. If the firm diagnosis of a presumably lethal anomaly led to the withdrawal of beneficial life-sustaining treatment, then there should be some evidence that, prior to the identification of that condition, intensive treatment correlated with survival. For postnatally diagnosed infants, however, we found the oppositeFthat increased treatment intensity predicted earlier death. Furthermore, for postnatally diagnosed infants who lived at least 3 days (n ¼ 21), excluding neonatal therapeutic intervention scoring system scores on the last 2 days of lifeFwhich, on McCaffrey's hypothesis, should be lower than those on the preceding days if confirming a lethal condition led to a transition to comfort measuresFdid not change the negative correlation (r ¼ À0.45, P ¼ 0.004). It is most likely, therefore, that those infants who survive longest do not require intensive care, at least not in the newborn period. We reiterate here that our findings should not be generalized to older children with these diagnoses.
Finally, as we noted, the term 'lethal' means that most infants die within a short time after death, a definition compatible with occasional long-term survivors. While waiting for the small chance that a particular neonate might fall in that group, providers have an obligation to counsel parents and act on the evidence available to them. At this point, the weight of historical data together with our current findings indicate that providing intensive intervention to this population of neonates does not make survival more likely.
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